Pityriasis rubra pilaris (PRP) is characterized by hyperkeratotic papules, palmoplantar keratoderma, and widespread erythema with islands of sparing. Treatment is challenging, and a standard therapeutic protocol does not exist. Given the paucity of available therapeutic data, we assessed the clinical presentation of PRP and clinical response (CR) to therapy at 2 teaching hospitals in Boston, Massachusetts. In addition, we aimed to determine the role of systemic and biologic agents.
Results | Of 176 patients identified, 40 had a diagnosis of PRP, 38 of whom received this diagnosis based on clinical and pathological findings. There were 36 patients with adult type 1 PRP (of whom 3 had associated polyarthritis and 6 required hospitalization), 3 with juvenile type 4, and 1 with juvenile type 5. There was no sex predominance, and the majority of patients were white. The mean age of adult and childhood onset was 57 and 5 years, respectively, with a 2-year mean disease duration.
Partial to marked CR occurred in 14 patients given topical corticosteroid monotherapy. Narrowband UV-B, UV-A1, and bath psoralen plus UV-A provided partial CR in 3 patients. One patient received standard psoralen plus UV-A therapy without benefit. Twenty-five patients received acitretin, methotrexate, methotrexate plus acitretin, mycophenolate mofetil, or cyclosporine (Table 1 and Table 2 ). Ten patients received biologic agents, which were frequently used concomitantly with additional therapy (Table 2) . Two patients had no CR to alefacept, whereas all patients treated with tumor necrosis factor (TNF) antagonists had partial to marked CR. The mean interval between initiation of TNF inhibition and notable CR was 5.7 weeks. data, along with our finding of marked CR in more than 50% of patients treated with TNF antagonists, suggest that TNF may be a key mediator in the pathophysiologic mechanism of PRP.
Rheumatologic associations with PRP are not well defined. To date, there have been 10 reported cases of arthritis occurring concomitantly with PRP.
5 Within our patient population, 3 developed polyarthritis concomitant with their cutaneous disease. Of these, 1 had marked CR to acitretin, whereas 2 required TNF antagonists. Each had a prolonged disease course ranging from 6 to 14 years. Limitations of our study include its retrospective nature, small sample size, and the possibility of spontaneous resolution as opposed to therapeutic effect. These data indicate that therapeutic response in PRP varies greatly, with some patients responding to topical therapy and others requiring systemic immunosuppression. Furthermore, polyarthritis may portend chronic disease and the necessity for systemic agents.
Additional systematic investigation is necessary to determine which patients with PRP may respond to individual therapeutic options. c Average infliximab infusion schedule was week 0, 2, 6, then every 8 weeks.
d Administered at outside institution.
